shows the pedigree of the family, which comprised 25 members, including two husbands married into the family. Five members were affected with TRPS I and another two members were probably affected, one of whom was appraised from photographs. The remaining members did not show any signs of TRPS I; three were examined clinically and observations about the others were based on interviews and photographs, except for one member with unknown phenotype, who died 8 days old. Thus all five, the proband, her two sons, her mother, and brother ( Fig. 1) , showed the characteristic appearance consistent with TRPS I, i.e., fine, sparse scalp hair, laterally absent eyebrows, and the typical pear-shaped nose (Fig. 2) . The potential rheumatological significance of this syndrome is suggested by the uniform presence of hand deformities and limited mobility of the hip joint. In addition The proband's mother, as she remembers, had always suffered from pain in her hands, felt generally weak and unable to perform heavier work. She had a right-sided hip pain in her childhood. At 56 years of age she had a left-sided acetabular fracture. Radiographic examination on that occasion showed severe bilateral coxarthrosis. Five years later she had an arthroplasty of the right hip.
The proband's brother is healthy except for occasional pains in his left hip.
One of the proband's two sons affected with TRPS I, now 22 years old, started to have pains in his hips at 15. Our examination showed a bilaterally reduced range of hip movement, and radiography demonstrated bilateral dysplasia of the hip joints (Fig. 4) . His hands showed the characteristic findings of TRPS I, but he has had no pain or other hand problems so far.
The (Fig. 5) .
One of the proband's aunts on her mother's side may also have TRPS I. She is small, has the Herthoge sign, a bulbous nose, a poorly demarcated philtrum, and a thin upper lip. Her hands do not show the typical changes, and she has no pains in her hips.
The proband's grandfather on her mother's side might also have had the syndrome. Examination of photographs showed small fingers and the Herthoge sign.
GENETICS
Chromosome analyses were performed on cultured peripheral blood lymphocytes from the proband, her mother, her affected brother, and one of her affected sons. High resolution G banding (actinomycin D and trypsin G banding) was applied. The analyses of all four subjects displayed normal chromosome complements. Neither chromosome 8, to which special attention was paid to the 8q2 region, nor chromosomes 9 or 11 were found to be structurally abnormal. The inheritance in our family is autosomal dominant (Fig. 1) .
Discussion
The symptoms and signs of TRPS I observed in our family are in agreement with previous reports.3 7 Although TRPS type II is a diagnostic alternative, this possibility is ruled out by the absence of micrencephaly, mental retardation, and multiple cartilaginous exostoses. In addition, inheritance is not reported in TRPS II, whereas our family showed an autosomal dominant inheritance. In several cases the TRPS II has been found associated with a deletion in the distal region of chromosome 8, the break point being at variance in the bands of q22-q24 in the different reported cases.6 8 As there is an overlapping in the clinical picture of the two syndromes, the possibility that TRPS I also could be due to a deletion in the same region has been discussed. However, the cytogenetic data in the present study and Functional hand problems in patients with TRPS I seem rare as reported in the literature.3 However, in our family the proband, one of her sons, and her mother had such problems, which interfered with the activities of daily life. Thus the lack of a stable pinch grip as it occurred in the proband had to be corrected with an arthrodesis of the proximal interphalangeal joint of the index finger. A similar procedure is planned for the other hand.
In conclusion, the present study shows the occurrence of the TRPS type I. The data presented stress the importance of identifying the syndrome early in life so as to prevent the development of impaired hand and hip function. 
